behaviour is not the usual behaviour of deaf children. They appear to be a little below the average in intelligence and are far more excitable and laugh much more readily than children of normal mentality whether deaf or not. Both have a scaly, erythematous dermatitis on the dorsum of the hands and wrists, on the legs, and on the face and ears, which according to the mother is worse after exposure to sun or wind, and their hands and feet are cold even in hot weather. Dr. R. T. Brain considers that the rash is trophic.
X-ray pictures of the skeleton show that their skulls are similar in shape with the vault low, but in the girl the vault is greatly thickened ( fig. 4) , whereas in the boy it is only a little thicker than normal. In the girl the floor of the pituitary fossa is raised in the middle, and in the boy it is of the normal shape, but in both the fossa is unusually small. The vertebrae, long bones, and the bones of the hands and feet are of normal conformation and density in both children. Discusssion.
I have been unable to find a report of any similar case, and Mr. Sorsby, who is well acquainted with the literature of developmental and degenerative conditions of the retina can give me no reference to a parallel case. The condition seems to be most closely akin to retinitis pigmentosa with deafness, but, though the deafness in this syndrome varies from partial deafness to deaf-mutism, the retinal changes are different. In Usher's4 series of cases pepper-like pigmentation was present in a few, but was accompanied by moss-like pigment or by the more typical pigmentation like bone corpuscles in shape. Even in these cases, no. 7, 12, 13, and 24, where there was more than one affected child in the sibship, the pepper-like pigmentation was only present in one sib, that in the others being typical, and in two of these families there was no deafness associated with the retinitis pigmentosa. Julia Bell' in her monograph in the Treasury of Human Inheritance includes a family with two affected members reported by Dering (no. 180). The fathers were brothers and the mothers were aunt and niece. One cousin had diffuse pigmentation reaching to the papilla, the retinal vessels were narrowed, and there was a posterior polar cataract in each lens. In the other cousin there were streaks of pigment in the retina. Hepburn2 describes a brother and sister with retinitis pigmentosa and no deafness. In the brother most of the pigment was of the peppery variety, though typical masses shaped like bone corpuscles were present also. The brother had cold hands and feet and the sister had cold hands, but no mention is made of any dystrophic condition of the skin.
Nettleship3 in his comprehensive paper, for which he consulted the early literature in addition to analyzing his own long series of cases of retinitis pigmentosa, gives a list of anomalies found in association with it, but dwarfism is not amongst them. Julia Bell in her monograph also mentions all the abnormalities that have been found in people with retinitis pigmentosa. There is no case of dwarfism or reduction in size with increase in thickness of the skull, but cold hands and feet are mentioned by a few authors. Mental deficiency is not uncommon, but people with retinitis pigmentosa who are mentally deficient are usually feeble minded or dull, and if they have any alteration in temperament they are morose. Thus their mentality is very unlike that of these two children.
Retinitis pirmentosa with deafness resembles the syndrome described in this paper not only clinically but also in its familial incidence, and is inherited as a recessive, since 40 2 per cent. of the cases have consanguineous parents. It is rare, for only 3-3 per cent. of Nettleship's cases of retinitis pigmentosa were associated with deafness and only 4 per cent. of deaf-mutes out of 1,229 institutional cases were found to have retinitis pigmentosa. In some respects the syndrome resembles juvenile amaurotic idiocy but the pigmentation of the retina is more uniform and widespread, the mentality is different, and dwarfism has not been found in association with amaurotic idiocy.
